We report the evaluation of in vitro immunoregulation in a 9-year-old untreated boy with S C I D :
ficoll -Hypaque-isolated peripheral blood mononuclear cells (MNL) from the patient failed to respond to pokeweed mitogen (PWM) with the normal increment in immunoglobulin-secreting cells (Ig-SC), as measured by a reverse hemolytic plaque assay. Removal of phagocytic cells or the addition of unrelated irradiated helper cells resulted in enhanced, but still suboptimal response to PWM, suggesting some intrinsic defect in B-cell function. Co-culture of patient with normal MNL resulted in marked (88%) suppression of PWM-induced Ig-SC. Suppressor activity was unaffected by prior irradiation of patient MNL, but was substantially reversed (32% net enhancement) by removal of his phagocytic cells; whereas the combination of the twc procedures further reversed suppression (52% net enhancement).
Because the patient was lymphopenic, his MNL were relatively enriched for monocytes (range=40-80%). To determine whether the suppressor cell activity was due to functional or numerical excess of patient monocytes, co-cultures were performed using varying ratios of patient to. normal MNL. Suppression was most marked in cul tuws containing >40% monocytes, suggesting that a numerical excess of patient monocytes could account for the observed suppression. These data suggest both an intrinsic defect in B-cell function, and a relative numerical. excess of monocytes which could further inhibit Ig-secretion by B-cell s.
IMMUNE COMPLEXES IN DELAYED ONSET FOOD ALLERGY.
Pediatrics, San Francisco, CA.
Circulating immune complexes (CIC) have been implicated in the pathogenesis of adverse reactions to foods. Two immune complex assays, Raji cell and Clq-binding were used to test 25 sera from patients with delayed onset food allergy (DOFA). Raji cells bind CIC via C3, C3b. Clq and Fc-IgG surface receptors. Greater than 1 is considered a positive test. A solid phase Clq assay %~f"I-Staphylococcus A Protein was also used to measure CIC. The percentage of counts bound by patient's serum was compared to a human cord sera pool; a positive test was) 1.5X.
Raji cell assay was positive in 18/25. (72%) of patients with DOFA; 9 of these (36% of total) had) 100,ug/dl -a range commonly observed in patients with SLE. Clq-binding was pbsitive in 13/25 (52%). In 18/25, there were coincident results in both Raji and Clq-binding; in another 4, there was concordance over a wider range, and in 3, there was discordance. In 14 patients with selective IgA deficiency, 8/14 had positive Raji and 6 of these had positive cow's milk precipitins. Leukocyte inhibition factor(L1F) was positive for one or more foods in 10/12 DOFA patients tested.
In the 25 DOFA patients, immediate skin tests with foods were positive in 2, and IgE-RAST with foods was positive in 7. Ammann, University of California, Department of Pediatrics, San Francisco.
We reviewed the clinical and laboratory features of 6 children with MCTD (4 girls, 2 boys). initial symptoms (mean age of onset 9.2 years) were arthritis (21, chronic fevers (21, and urticaria and Raynaud's phenomenon (2). Mean age at diagnosis was 14.2 years. Clinical features included:
6/6 Raynaud's phenomenon 6/6 Chronic headaches 5/6 Arthritis 6/6 Depression 4/6 Chronic fevers 4/6 Sjogren components 6/6 Chronic dermatitis 4/6 Dysphagia 3/6 Sclerodermatous skin 2/6 Pleuritis, pericarditis 2/6 Urticarla 2/6 Hepatosplenomegaly 3/6 Alopecia 2/6 Lymphadenopathy Laboratory findings were as follows:
6/6 Speckled ANA 2/4 Renal biopsy abnormal 6/6 Ribonucleoprotein 4/6 Esophogram abnormal titer p 1:102,400 4/6 Pulmonary tests abnormal 3/6 Hematuria 1/6 Hypocomplementemia 3/6 Proteinuria 3/6 Hypergammaglobul inemia 3/6 + creat inine clearance 2/6 Thrombocytopen la
There has been no mortality, but 3/6 are significantly disabled (mean followup of 3.4 years) despite treatment with salicylates, prednisone and in 3 patients chlorambucil. Our experience with MCTD in children reflects greater chronic morbidity than reported in adults. IgA B cells have been detected in the peripheral circulation of most patients with IgA deficiency. It has recently been shown that the surface isotypes expressed by human TgA B cells vary as a function of their stage of maturation. To determine the stage at which IgA B cell differentiation is blocked in patients with IgA deficiency, peripheral blood lymphocytes from 11 patients with serum levels of IgA 5 2 mgfdl were stained for surface immunoglobulins by immunofluorescent techniques. Cells expressing surface IgA were detected in all patient samples but occurred at a significantly lower frequency than in samples from normal controls (0.09% vs. 1.4% of the total lymphocytes). In 10 of the 11 patients 87% of the TgA B cells co-expressed TgM (range 70-100) and 81% expressed IgD (range 65-94).
This staining pattern was similar to that seen in the normal newborn in which 95% of the IgA B cells expressed TgM and TgD. In contrast only 5% of the IgA B cells from normal adults co-expressed IgM and IgD. The 
